Introduction
The association of small bowel lymphoma with established coeliac disease was first described by Gough, Read and Naish (1962) and has since been confirmed by Harris et al. (1967) and Austad et al. (1967) . The development of small bowel lymphoma in patients with coeliac disease frequently involves the surgeon, both in establishing the diagnosis and in subsequent management. This report records one way in which small bowel lymphoma may present and also briefly reviews the surgical presentation of 11 similar cases.
Case report
A 62-year-old woman presented in December 1977 with a 3-month history of steatorrhoea and a weight loss of 11 kg. Her son was already being treated for coeliac disease.
On examination she was thin, she had a smooth tongue, peripheral oedema and slight hepatomegaly.
Investigations (normal ranges are given in parenthesis) revealed a haemoglobin of 13-3 g/dl; MCV 107 fl; a peripheral film showed macrocytosis; serum folate 2-6 mg/l (3-10); red cell folate 81 mg/l (160-640); serum vitamin B12 246 ng/l (160-925); total serum protein 57 g/l; serum albumin 28 g/l and a corrected serum calcium of 2-20 mmol/l (2-25-2-65 Jejunal biopsy showed total villous atrophy consistent with coeliac disease but no evidence of malignancy.
On the basis of these investigations and the family history a diagnosis of coeliac disease was made and she was commenced on a gluten-free diet in January 1978.
Clinically there was only a poor response to glqten withdrawal and 2 weeks later she suddenly developed severe lower abdominal pain. On examination there was evidence of generalized peritonitis. An erect abdominal film showed free gas under the diaphragm.
After resuscitation, operation revealed generalized peritonitis secondary to a perforation of the small bowel 12 cm from the ileo-caecal valve. The perforation was well circumscribed and not obviously associated with any underlying disease.
A careful search revealed no macroscopic evidence of intra-abdominal malignancy at this time.
A 15 cm length of ileum containing the perforation was resected and both proximal and distal ends brought out through the lower end of the wound as a double barrelled ileostomy. A primary anastomosis was not attempted in view of the patient's general condition.
Histological examination revealed a poorly differentiated diffuse lymphocytic lymphoma with extension through all layers of the bowel wall. The edges of the resection were well clear of tumour and the surrounding mucosa showed only partial villous atrophy, a slight improvement on the initial jejunal biopsy.
The postoperative management was difficult, requiring careful fluid balance and parenteral nutrition. The amount of ileal fluid lost postoperatively rose to 7 litre;/day with a protein content 0032-5473/80/1200-0859 $02.00 © 1980 The Fellowship of Postgraduate Medicine of 10g/l (Fig. 1) . Thus the protein loss from the ileum reached 70 g/day. Some of this fluid was returned to the small bowel via the distal limb of the ileostomy. This was tolerated well and there was no diarrhoea.
Hydrocortisone was introduced on the 6th postoperative day to control the ileal effluent. The volume rapidly fell to one litre/day and the concentration of protein in the effluent was also greatly reduced (Fig. 1) Harris et al. (1967) also noted the increased incidence of other gastro-intestinal tumours, particularly carcinoma of the oesophagus. Adult coeliac disease may also be complicated by adenocarcinoma of the small bowel, although surprisingly infrequently (Kenwright, 1972; Petreshock, Pessah and Menachemi, 1975 Postoperative management in the present case was complicated by a large ileal fluid loss and a protein-losing enteropathy, both of which responded dramatically to treatment with steroids.
The ultimate outlook for these patients at the present time is bleak. The rapidity of the growth and spread of the lymphoma was carefully documented in this case. At the first laparotomy in February there was no macroscopic evidence of lymphoma.
Six weeks later there were 8 discrete nodules and after a further 10 weeks, at post-mortem, the lymphoma was widely disseminated throughout the small bowel and mesentery.
